A term-born 4 months old male infant presented with recurrent septicemia, no palpable lymph nodes, hepatosplenomegaly, and high leucocyte (1.5 -8 x lo4/vl) and lymphocyte (0.6 -6 x 104/v1) counts. Flowcytometric lymphocyte phenotyping by a panel of monoclonal antibodies revealed the presence of CD2, CD3/TR, CD8, CD38, as well as class I and I1 MHC antigens, whereas the CD4 antigen was virtually absent. B cells and immunoglobulins were present but no specific antibodies could be detected. NK cells were elevated in number; cytotoxicity towards K562 was 30% of normal. In accordance with the phenotypical absence of T-helper cells, no proliferative response could be provoked by T dependent mitogens (PHA, ConA, PWM) or alloantigens. Addition of IL-2 did not enhance lymphocyte proliferation. IL-2 receptor was not expressed on resting or stimulated (PHA or PHA/ TP1) T cells. Circulating maternal cells were not detected (HLA typing and cytogenetics); therefore, in utero mother to child transfer of immunocompetent cells with consecutive GVHD was unlikely to be the reason of the immunodeficient status. Thymic biopsy confirmed the diagnosis of congenital SCID. Further studies on the DNA level as well as successful treatment by haploidentical maternal BMT will be discussed. To our knowledae this is the first description of a selective T-helper cell deficiency. or HbAlc > 11% (group B: n. 18); 43 healthy sex and age-matched subjects served as controls. Three overnight urine collections we re used to calculate the AER, basing on albumin concentration, urL ne volume and collecting time. The median values for AER in overnight urine were 5.1 ,ug/min in group A (range 1.8 -13.7) and 16.3 pg/min in group 8 (range 5.2-83.7)(pc0.001).
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In spite of up to 10 yr duration of diabetes, none of the group-A patients had AER above 15 ~glmin; no difference in AER was observed between thelow HbAlc group and the controls. After 12 months of improved metaboCo_nclusions: 1. Since humans do not svnthesize t-FA. our data lic control (HbAic to c 8%). 8 of the children of qroup B showed -.
aemons r E 5 t h e i r lacental transfer 2. Lower 16: lt'and 18: lt valuest in cord gksm may result fiom dilution with fatt normal overnight AER. Thus, a large percentage of poorly controlacids synthesize de novo b the fetus and/or from led diabetic children has AER '15 pg/min regardless of diabetic discrimination against transfer of these t-FA. 3. High t-FA consumption during pregnancy might affect fetal development. duration; these findings question the value of using moderately elevated AER as a marker for the later development of ne&mprl?;hy.
PLASMA AMINO ACID DIFFERENCES IN VLBW-INFANTS FED
EITHER PROTEIN FORTIFIED HUMAN MILK OR A WHEY-
PREDOMINANT FORMULA. Guido Moro, Fabio Fulconis, Iolanda Minoli, Univ. Milan, Dept. Perinat. Path., Italy, Frank Pohlandt, Univ. Ulm, Dept. Pediat., W. Germany and Niels Raiha, Univ. Lund, Dept. Pediat., Malmo, Sweden In a prospective, randomized study involving 20 VLBW-infants (AGA) we have evaluated the effects on growth and metabolism of human milk fortified with ultrafiltrated human milk protein and a whey-predominant (whey/casein = 60/40) formula containing 2 g/dl of protein. The study was initiated at a mean age of 30 days when 180 ml/kg/d was tolerated and continued until a mean age of 48 days when a weight of 2 kg was reached. The protein intakes in both groups was 3.5 g/kg/d. All infants in both groups reached intrauterine rates of growth for the age, weight = 18.0 g/kg/d, and length 1.2 cm/week. BUN, acid-base status, total protein and albumin were normal and similar in the two groups. Plasmalevels of threonine, glycine, citrulline, methionine and total essential amino acids were significantly greater in the formula-fed infants. Taurine and proline had higher concentrations in the protein fortified human milk group. These differences in plasma amino acid profiles suggest that the dietary protein quality in formulas for preterm infants must be further modified. 
